Clinical signs and slowed motor nerve conduction velocities were found in 17 of 36 children under 10 years of age who had one parent with hereditary motor sensory neuropathy type I (HMSN I). Four children had slowed conduction velocities at one year or less. Clinical signs were subtle and included pes planus, distal foot wasting, weakness of ankle eversion and dorsiflexion and areflexia. HMSN I can be detected reliably in children, even before one year of age. (7 Neurol Neurosurg Psychiatry 1992;55:895-897) 
Transmission of hereditary motor sensory neuropathy type I (HMSN I) is usually dominantI and the condition is often expressed in childhood.2 3 Affected adults frequently wish to know whether their children are, or will be, affected. This information may be readily obtained by genetic methods soon but currently, clinical and electrophysiological methods must suffice. The size of HMSN I families available for linkage analysis studies is sometimes limited by uncertainty of diagnosis in children. The ability to detect HMSN I reliably in children would increase the number of individuals for study.
The objective of this project was to determine the reliability of detection of HMSN I in children at risk using readily available and Electrophysiological studies were carried out on each patient, using standard techniques, after the clinical assessment. Motor conduction in the peroneal nerve was studied by stimulation of the nerve at the knee and the ankle while recording from the extensor digitorum brevis muscle using surface electrodes. The velocity was considered to be abnormal when it was more than two standard deviations below the mean normal velocity for age (fig) .
The normal values were taken from our own age-matched laboratory controls and were similar to those of Gamstorp. ' In two patients, only median motor conduction studies were done. Sensory potentials were recorded from the sural nerve or the superficial peroneal nerve with surface electrodes.
Serial studies were done in the younger patients when possible. One child of nine months who had a borderline peroneal nerve conduction velocity (40 m/s) was excluded from analysis because she could be assessed only once. 
Results
Twenty-three children were studied on one occasion and 13 were studied more than once. Seventeen of the 36 subjects (47%) had The clinical signs were often quite subtle. All but one of the affected children had clinical abnormalities when first seen (tables 1 and 2). The one patient (case 15) who was clinically normal when first seen at 1 year of age, had definite abnormalities when seen subsequently at 3 5 years of age. The most common foot deformity was pes planus which was present in 8 of 17 patients. Only two patients (ages 5-9 and 7) had pes cavus. Twelve had weakness of ankle dorsiflexion or eversion, and nine had Fig) . In all but one of the affected patients, they were less than the 40 m/s. In that one patient (case 3), the peroneal maximum motor conduction velocity was 41 m/s but the sural sensory conduction velocity was even slower at 36 m/s. Sensory potentials were abnormal in all seven children with HMSN I in whom they were tested. They were absent in four children when they were first assessed at ages 5 9-7 years old and in one child (case 15) on the second examination when 3-5 years old. In that child, the superficial peroneal sensory nerve action potential was reduced in size and conduction velocity when he was first studied at 1 year of age. The other two children studied (cases 3 We detected abnormal physical findings in all children who were found to have slow conduction velocities. These signs were often subtle and usually not accompanied by disability. In many cases, they would have been insufficient for reliable diagnosis without conduction studies. This does emphasise, however, the early clinical expression of this disorder at a rate higher than previously recognised. Berciano et all4 found decreased reflexes in 78% of patients under 10 years old but other signs were infrequent. Pes planus was the most common foot abnormality in our series, although many of the affected parents had pes cavus. Mild wasting of the extensor digitorum brevis muscle, weakness of the peroneal or tibialis anterior muscles or reduced reflexes were the other common signs. Clinical evidence of nerve hypertrophy was uncommon.
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